Abstract: Polyarteritis nodosa is a rare vasculitis in children characterized by necrotizing infl ammation in small and medium size arteries. It is classifi ed into systemic and cutaneous PAN according to the presence of systemic symptoms or visceral involvement. We describe the case of a 14-year-old girl with cutaneous Polyarteritis nodosa with an atypical clinical presentation.
INTRODUCTION
Polyarteritis nodosa (PAN) is a vasculitis of small and medium arteries of the dermis and hypodermis and sometimes peripheral nerves and muscles. 1, 2 Pediatric diagnostic criteria are: evidence of necrotizing vasculitis in arteries of medium or small size on skin biopsy or angiographic abnormalities showing aneurysms or occlusions in arteries of medium or small size as mandatory conditions, and one of the next fi ve criteria: 1 -cutaneous affectation (livedo reticularis, painful subcutaneous nodules, superfi cial and deep ulceration); 2-Myalgia or muscle pain; 3-Systolic or diastolic hypertension greater than 95th percentile for height and age of the patient; 4-Peripheral neuropathy and 5-Renal affectation (proteinuria > 0.3 g / day, hematuria or > 5 red blood cells per fi eld or 2 or more crossing strips, glomerular fi ltration rate <50% for age and sex of the patient). 3 PAN is uncommon in children and in most cases, it occurs only with affectation of the skin (CPAN). Currently, CPAN is considered to be an infl ammatory reactive condition secondary to infection by group A b-hemolytic streptococcus (GAS). 4 In 2005, the European Rheumatological Societies agreed to add, as a criterion of CPAN, the serological evidence of streptococcal infection, recognizing the frequent association between this infection and PAN in children. [5] [6] Cutaneous manifestations of CPAN can be painful erythematous nodules with a smooth surface that can sometimes coalesce to form large areas of hardened skin; livedo racemosa or reticularis, cutaneous ulceration and symptoms such as myalgia, arthralgia and non-erosive arthritis. 7 The skin manifestations are usually limited to the lower extremities. 8 Histopathologic examination of skin biopsies taken from the cutaneous manifestation reveals necrotizing vasculitis characterized by fi brinoid necrosis of the affected vascular wall, neutrophilic infi ltration with nuclear fragmentation in the vascular periphery, and erythrocyte extravasation in the vessels from the lower dermis to the subcutaneous fat. 7 We present the case of a patient with CPAN and atypical clinical evolution.
CASE REPORT
We report the case of a previously healthy 14-year-old girl who came to see us due to painful lesions of 6 months' duration on her thighs. The lesions had been interpreted as cellulitis at another institution and the patient had been treated with intravenous (IV) antibiotics (Clindamycin and Trimethoprim / sulfamethoxazole) for 7 days, with little response.
On dermatological examination, we observed erythematous and brownish plaques at the inner side of both thighs with multiple, underlying, painful, indurated nodules and, on the dorsal back, an injury with similar features (Figures 1 and 2 ). Additional tests were requested and the complete blood count (CBC) showed: white blood cells (WBC) 10280 mm3 (N 84%, L 10%, M 5%, E 1%); Hb: 12.8 g / dl, platelet count: 315000 mm3; erythrocyte sedimentation rate (ESR): 36 mm/h and c-reactive protein (CRP): 7 mg/l. Serologies were negative.
Histopathological biopsy and culture of the lesion were performed, showing discrete mixed infl ammatory infi ltrate consisting of histiocytes, lymphocytes, occasional eosinophils and isolated neutrophils with perivascular and periadnexal arrangement, and vasculitic phenomenon associated with extension to subcutaneous fat lobules and septa; diagnosis: mild nonspecifi c septal and lobular dermohipodermitis. The fungus Aureobasidium pullulans was isolated in a culture taken from the lesion. New nodules appeared in the arms, elbow folds and right ankle. The lesions at the thighs became painful and erythematous, which made walking diffi cult. She was admitted to hospital and received B amphotericin (total cumulative dose 1m/kg/day), Clindamycin 30 mg / kg / day and morphine 0.1 mg/kg/dose IV. During hospitalization, the patient showed partial remissions of the symptoms. Because of exacerbation of the pain, adding edema of upper and lower limbs, fever and coagulopathy (prothrombin time decreased), we decided to perform a new surgical biopsy and culture (Figure 3 ). This latter histology showed an "unaltered epidermis, the deep dermis and hypodermis had numerous small-and mediumsized vessels (some arterial) with occasional fi brinoid necrosis and fi brin microthrombi in small vessels. The infi ltrate was rich in polymorphonuclear cells and eosinophils affecting the entire vessel diameter (disseminated leukocytoclastic vasculitis). The most preserved vascular structures showed intimal degeneration, prominent endothelium and marked perivascular lymphocytic infi ltrate (Figures 4, 5 and  6 ). PAS, Ziehl Nielsen, Giemsa staining and culture were negative. Because of the histological features, we arrived at the diagnosis of "Polyarteritis Nodosa."
New CBC reported leukocytosis and neutrophilia: WBC 13000 mm3 ( 71%N), increased ESR 76 mm/h and CRP 55 mg/l; complete metabolic panel (CMP) and urinalysis (UA) were normal; negative ANCA; negative throat culture and antiestreptolysin She began a treatment with oral meprednisone 1.3 mg/kg /day for a month with gradual decline and intramuscular (IM) benzathine penicillin 2,400,000 UI every 28 days, which she still receives with a favorable response. She is periodically monitored at the Dermatology Department and shows no residual skin lesions or other systemic symptoms.
DISCUSSION
PAN is a vasculitis of small and médium-size arteries, uncommon in children. At this age, the cutaneous form is more common than the systemic form and it is associated with streptococcal infection. 9 Although the disease is chronic with relapsing, prognosis is generally good, with no visceral involvement.
Our patient presented a cutaneous PAN evidenced by necrotizing vasculitis of small and medium-size vessels in the dermis and hypodermis, with cutaneous involvement and myalgias. Although she had no medical history of streptococcal infection, this could be confi rmed by measuring elevated ASO.
Initial cutaneous manifestations of the disease made us suspect a lymphoproliferative disease versus infectious process. As time elapsed, new symptons such as myalgia, arthralgia, fever and livedo reticularis in the thighs indicated a new deep skin biopsy through which we arrived at the diagnosis.
When the patient began treatment with corticosteroids and benzathine penicillin, she had a good clinical and laboratory response, which coincided with the description in the literature; even though there is no consensus on how long to keep the penicilin prophylaxis, this should be prolonged. 10 Other treatments described for PAN are immunosuppressive agents such as cyclophosphamide, methotrexate, azathioprine, mycophenolate and mizoribine (an inhibitor of purine synthesis) with variable considerations.
